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Letters to the Editor

Cerebellar ataxia in coeliac
disease - no evidence of a
humoral aetiology

Sir,
Many patients with dermatitis herpetiformis
also have a small bowel enteropathy which
responds to withdrawal of gluten from the
diet. However, in this setting, coeliac disease
is usually mild and rarely results in clinical
malabsorption. Both disorders have a high
association with HLA, B8 and DR3 antigens
and are suspected to have, at least in part, an
immune pathogenesis. Some 1000 of patients
with coeliac disease develop neurological
complications (box). Cook' compiled a series
of 16 patients and drew attention to the fact
that these were the same neurological
disorders that occur in paraneoplastic disease.

Paraneoplastic cerebellar ataxia is most
frequently associated with small cell lung
cancer or carcinoma of the breast or ovary.
Patients with breast or ovarian carcinoma
have high titres of an IgG directed against a
cytoplasmic antigen in cerebellar Purkinje
cells.2 Whether this antibody is involved in
the pathogenesis of the disorder or simply a
epiphenomenon is not yet clear. The
aetiology of cerebellar ataxia found with
coeliac disease is equally obscure although
vitamin deficiency, particularly of vitamin E,
does not appear to be relevant.3 We were
interested to look for the presence of an
anti-Purkinje cell antibody in a patient with
coeliac disease and anti-Purkinje cell
antibody in a patient with coeliac disease and
cerebellar ataxia.
Our patient was a 65-year-old caucasian

woman who presented with a 12-month his-
tory of progressive unsteadiness of gait and
slurring of speech. She had a past history of
reversible airways disease, dermatitis
herpetiformis and, two years prior to her
neurological presentation, had been found to
have coeliac disease. Despite having no symp-
toms of malabsorption, investigations had
revealed an abnormal xylose tolerance test
(1 h plasma xylose 0.69 mmol/l; normal range
0.65-1.35 mmol/l), positive antigliaden and
endomysial antibody and severe villous
atrophy of the small bowel. She had been
unable to tolerate a gluten-free diet. She
smoked 10 cigarettes per day and she did not
drink alcohol. At the time of investigation she
was taking Becotide and salbutamol inhalers.
There was no family history of note.

General medical examination was normal.
She had a cerebellar dysarthria, normal exter-
nal ocular movements and an ataxia of limb
and gait. Deep tendon reflexes were pre-
served, plantar responses flexor, and there
were no sensory signs.

Neurological complications
of coeliac disease

* peripheral neuropathy
* myelopathy
* brain stem encephalitis
* cerebral ataxia
* Lambert - Eaton myaesthenic
syndrome

Investigations revealed normal hae-
matological and biochemical indices, thyroid
function, B12, folate and chest X-ray.
Wasserman reaction and autoantibodies were
negative. Antigliaden IgG and antien-
domysial IgA antibody were positive. CT
scan and the cerebrospinal fluid (CSF) were
normal in all respects; no oligoclonal bands
were detected. Serum vitamin E and vitamin
E/lipid ratio were normal.
Using an indirect immunofluorescence

technique serum and CSF was screened for
activity against human and rat cerebellar
Purkinje cells and dorsal root ganglia
neurones. No activity was found. Normal
controls, sera from patients with other
neurological diseases, and positive controls
were also examined.

In Cook's original series' of 16 patients,
three were found to have ataxia. Most also
had a polyneuropathy so it is difficult to be
certain whether the gait disturbance was
entirely cerebellar. However, the majority of
post-mortem examinations in this and other
series4 5 demonstrated Purkinje cell loss and a
variable depopulation of the neurones in the
granular layer and dentate nuclei. Subse-
quent reports3-6 whilst confirming the
clinical association, have failed to cast any
light on the aetiology. A dysimmune
hypothesis is attractive - in both coeliac and
paraneoplastic disease there is an increased
incidence of B8 and DR3 antigens, and
several syndromes may co-exist in the same
patient. Some disorders occur in both
autoimmune disease and in association with
malignancy, eg, Lambert-Eaton myaesthenic
syndrome (LEMS). In LEMS the antibody
has been shown to be responsible for the
clinical syndrome.
At least in this patient we have failed to

demonstrate any anti-Purkinje cell activity
and a humoral aetiology remains unproven.
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Delayed severe rhabdomyolysis
after taking 'ecstasy'

Sir,
A previously fit 36-year-old man was admit-
ted in the early hours of New Year's Day
following a convulsion at a night club. Ac-
cording to friends he had taken one 'ecstasy'
tablet, two bottles of beer and a large quantity
of water during the night. On admission his
axillary temperature was 36.2'C and his Glas-
gow coma score was 3/15. His pupils were
equal and reactive to light and he had no focal
neurological abnormalities.

Shortly after admission, he had two further
convulsions, was incontinent of urine,
vomited several times and became restless.
Chest X-ray showed abnormal shadowing in
the left lung field. Blood tests revealed a
serum sodium concentration (Na') of
115 mmol/l (normal 137 -144 mmol/l) and a
creatine kinase (CK) of 1572 IU/l (<250
IU/I); potassium, urea and creatinine were
normal. His arterial pH was 7.5 with an
oxygen saturation of 9700 on air. He also had
a raised white cell count (14.6 x 109/1) with a
neutrophil leucocytosis. Clotting studies and
liver function tests were normal. Further tests
revealed serum 3,4-methylenedioxymetham-
phetamine (MDMA) levels of 0.013 mg/l
with both MDMA and its metabolite 3,4-
methylenedioxyamphetamine in his urine.
Treatment was with diazepam and chlor-
promazine for the fits and agitation and
co-amoxyclav and hydrocortisone for a
presumed aspiration pneumonia. Int-
ravenous hydration was commenced with 11
of twice normal saline over 12 h, and a
nasogastric tube passed.
Twelve hours after admission the patient

remained comatose. His respiratory rate had
risen to 32/min, his oxygen saturation had
dropped to 900° on air and he had developed
an axillary pyrexia of 39'C. He had also
become polyuric, passing 5 1 of urine since
admission. Repeat biochemistry showed a
serum Na' of 120 mmol/l with a CK of 2461
IU/1. His plasma osmolality was 259 mmol/
kg (275-285 mmol/kg) with a urine
osmolality of 153 mmol/kg (50-1400 mmol/
kg) and a urine Na+ of 26 mmol/l. CT brain
scan was normal. He received oxygen, and
paracetamol for his pyrexia which peaked at
39.7'C (axilla).

Eighteen hours after admission his
temperature started to fall and his level of
consciousness began to improve. By 30 h
after admission his serum Na+ was
132 mmol/l with a plasma osmolality of
278 mmol/kg. However his CK had risen to
81900 IU/1 with an alanine aminotransferase
(ALT) concentration of 132 IU/1 (<34 IU/
1). He had also become oliguric - passing
250 ml ofurine in nine hours. His urine tested
positive for myoglobin.
He was treated aggressively with a forced

alkaline diuresis induced by intravenous
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Side effects of ecstasy

* hyperpyrexia
* rhabdomyolysis
* renal failure
* hyponatraemia
* convulsions
* death

fluids, mannitol, bicarbonate and low dose
dopamine. His CK peaked at 84800 IU/1
some 48 h after admission with an ALT of
239 IU/1. By that time, he had regained full
consciousness but remembered nothing of
the previous two days. His only complaint
was of aching arms and legs. His CK returned
to near normal levels (1444 IU/l) over the
next four days; his ALT peaked at 323 IU/l
five days after admission, by which time
myoglobinuria was no longer present.
Throughout the admission his serum potas-
sium, urea and creatinine did not rise above
normal levels.

Severe rhabdomyolysis and myoglobinuria
has mostly been reported as an early
phenomenon in patients admitted with
hyperpyrexia following 'ecstasy' ingestion. 2
Our patient's temperature did not rise until
nine hours after admission (and then perhaps
due to pneumonia) and remained elevated for
only 18 hours. His CK rose substantially 30 h
after admission, the minor rise on the first day
being ascribed initially to his three convul-
sions. It seems likely that this was a delayed
response to his pyrexia, although we are not
aware of any previous reports of such mas-
sively raised CK levels (84 800 IU/l) follow-
ing 'ecstasy' ingestion - despite higher
temperatures having been observed.3
The possibility of missing such delayed,

severe rhabdomyolysis in similar cases needs
to be borne in mind. As in our case, vigorous
treatment of rhabdomyolysis can prevent
renal damage.

In contrast to the cases reported by Max-
well and colleagues,5 hyponatraemia in our
patient was probably dilutional, arising from
the large quantity of water imbibed, rather
than due to the syndrome of inappropriate
antidiuretic hormone secretion; both plasma
and urine osmolalities were low. Large
volumes of water are commonly drunk with
'ecstasy' as prophylaxis against dehydration
and heat exhaustion during dancing.
The serum level of MDMA found in our

patient would generally be regarded as non-
toxic (toxicity>0.2 mg/l). Evidently, severe
consequences may occur in the setting of
prolonged physical activity even at MDMA
levels far below this. Our patient had taken
'ecstasy' once previously without ill effects,
but previous experience with the drug clearly
gives no guarantee of safety.

We thank our clinical colleagues for their help in the
management of this patient, and the Poisons Unit,
Guy's Hospital, London for measuring MDMA
levels.
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Pseudohyperkalaemia associated
with hereditary spherocytosis

Sir,
Alani et al reported a case of hereditary
spherocytosis complicated by thromboembo-
lism, with typical perfusion defects on lung
scanning.' In such a case, the differential
diagnosis would include alternative causes of
multiple perfusion defects, such as in situ
thrombosis in the pulmonary circulation.
The latter was the postulated cause of pul-
monary hypertension in the patient with
hereditary spherocytosis reported by Ver-
resen et al,2 who suggested that the patho-
genesis was sequestration of erythrocytes in
the pulmonary microcirculation, due to poor
deformability resulting from spectrin defici-
ency.3 This hypothesis owes its credibility to
the fact that poor deformability of erythro-
cytes has been validated as the underlying
mechanism in the pathogenesis ofpulmonary
hypertension complicating sickle cell
disease.'
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Intestinal cytomegalovirus
infection: a diagnostic problem
in an HIV-positive patient

Sir,
Unexplained abdominal pain may be a prob-
lem in patients with AIDS. We report a
30-year-old woman infected with human im-
munodeficiency virus (HIV) through sexual
contact about three years previously, who
presented with intermittent generalised
abdominal discomfort. Examination was
initially unremarkable and an abdominal
X-ray showed her to have severe faecal reten-
tion but treatment with laxatives failed to
relieve pain. Her CD4 lymphocyte count was
0.065 x 109/1 (range 0.5-1.5).
During the following three months a series

of investigations yielded normal results: these
included sigmoidoscopy, rectal biopsy, upper
abdominal and pelvic ultrasonography, MRI
abdominal scan and barium studies of the

Features ofCMV infection
ofthe gut in HIV patients

* bowel perforation
* necrotising enterocolitis
* appendicitis

small and large bowel. Stool microscopy and
culture failed to reveal relevant pathogens.
Cultures for cytomegalovirus (CMV) were
sterile in rectal biopsy, urine, throat swabs
and blood. She had IgG antibody to CMV
indicative of infection at some time but titres
were static and CMV IgM was not detected
by immunofluorescence or enzyme immuno-
assay. The pain responded to symptomatic
treatment but diffuse abdominal tenderness
persisted. She remained afebrile throughout.
Three months after presentation she unex-
pectedly collapsed and died. At post-mortem
there was peritonitis and patchy ileal
inflammation with a mid ileal perforation.
The colon appeared normal macroscopically
and histologically: examination of the
inflamed ileal tissue showed changes diagnos-
tic of CMV infection.
The investigation of abdominal pain in

patients with HIV infection is often
influenced by the site ofpain and the presence
or absence of diarrhoeal; a diagnosis can be
reached in most patients.
CMV infection ofthe gut is well recognised

in AIDS patients (box).24 In our patient
there was no pain localisation or other feature
to suggest CMV; indeed CMV seemed to
have been excluded. In patients in whom
intestinal CMV infection has caused perfora-
tion, the site is usually between the distal
ileum and splenic flexure5 and colonoscopy,
which was not performed in our patient,
would be preferable to sigmoidoscopy to
discover affected gut mucosa (colonoscopy
would have been normal in this patient).
This case highlights the fact that intestinal

CMV infection may be difficult, indeed
impossible, to diagnose without invasive
investigation such as laparoscopy or
laparotomy. Because ganciclovir may be
effective in CMV colitis6 and may benefit
patients with CMV ileitis, we conclude that a
diagnostic trial of anti-CMV treatment may
have a role to play in CMV antibody positive
AIDS patients with persisting abdominal
pain of uncertain cause despite appropriate
investigations.
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